Section ofPediatrics 775 mixture for two days. Because fructosaemia was suspected all fructose-containing substances were omitted from the diet and he improved clinically and gained weight. Case 2 The eldest child, a boy, had been breast fed until 7 months when attempts to wean on artificial milk with added sugar led to persistent vomiting and anorexia. He was eventually by trial weaned on to a diet mainly of semolina with added salt. He developed complete aversion to sweet foods which tended to make him vomit and feel unwell. At 8 years of age there was no liver enlargement or any abnormal signs. Case 3 The third child, a girl, aged 6 years when first seen, was breast fed until 1 year because she refused feeds of cow's milk with added sugar and because of the elder brother she was also given semolina and salt. Her physical and mental development is normal and there is no liver enlargement.
In all three cases the diagnosis of fructoseemia was confirmed by an oral fructose tolerance test which caused a marked rise in blood fructose, a severe fall in blood glucose and in phosphate, and a rise in plasma magnesium.
These cases illustrate the two main categories of the illness. The introduction of fructose (sucrose) into the diet at under 6 months of age results in vomiting, anorexia, failure to thrive and evidence of hepatorenal dysfunction, sometimes with hypoglycoemic convulsions. The inclusion of fructose when the child is older results in an illness which is less severe, even asymptomatic, or presents as spontaneous hypoglycaemia.
A full account of these cases will be published elsewhere (Amer. J. Med., 1968, in press). Chromosomal Deletion Syndromes [Summary] L J Butler BSC MIBiOl and N E France MB FCPath (Queen Elizabeth Hospitalfor Children, Hackney, London) All known deletion syndromes were reviewed and data relating to the associated congenital malformations were presented. Three typical cases of the short arm deletion of chromosome No. 5 (cri-du-chat) syndrome were demonstrated, one of them having 45 chromosomes and a sporadic B5/D13 translocation. One of the two cases of short arm deletion of No. 18 syndrome, also shown, had 45 chromosomes and a sporadic G/18 translocation. Early diagnosis of the cceliac syndrome depends upon recognition of features other than those constituting the classical picture described in the older textbooks of pediatrics. An explanation for many of the cases presenting at younger ages may be the current fashion for feeding cereals during the first few months and sometimes weeks of life. Table 1 shows the age of presentation in 92 children suffering from gluten enteropathy among 134 with malabsorption suspected of this disorder.
The findings in infants presenting under 1 year of age are illustrated by the records of the following 3 cases of gluten enteropathy. Fig 1 shows the weight curves of these 3 infants each of whom had been given wheat cereals before 3 months, increasing to substantial amounts (in each case rusks in milk) before 4 months of age. They have been selected to contrast the course of with wheat cereal in 3 infants with gluten enteropathy one (A G) with diarrhoea and abdominal distension (the more usual presenting features), with that of two (E W and S A) who had vomiting and slow weight gain, one with and one without anorexia, so that malabsorption was not apparent in the early stages. Each later developed abdominal distension, but no diarrhoea. However, on investigation steatorrhoea was demonstrated. It could be argued that severe alimentary symptoms were absent in E W on account of her early persistent profound anorexia, and in S A because of vomiting. E W's severe malnutrition supports this contention.
The interval from introduction of wheat cereal to the first symptom was less than three months in each case. Table 2 shows the varying duration of Table 2 Interval between introduction of wheat cereal to first symptom in 45 children under 3 years of age this interval in the series of children under 3 years, from whom a fairly reliable history could be obtained. The effects of age at introduction of wheat cereal and the amounts of it which are given, and also of other variables such as minor illnesses, are impossible to gauge.
The interval between the first symptom and diagnosis was eight months in S A, six in A G, and four in E W. Since neither had diarrhoea, S A and E W were earlier suspected of suffering from renal or metabolic defects as the cause of their failure to thrive.
There is usually considerable delay in diagnosis, which is obviously due to the frequent occurrence of symptoms similar to those caused by gluten enteropathy in association with transient infections.
Poor weight gain, abdominal distension if present, and the typical radiological appearances (small bowel dilatation with or without fluid levels) associated with the coeliac syndrome (Haworth et al. 1968 ) may be regarded as the best pointers to early diagnosis before the onset of diarrhoea. It is important to make this diagnosis before a diarrhoeal crisis, which is especially dangerous and also difficult to differentiate from gastroenteritis during the first year of life. The consequences of long-standing failure to thrive will also be avoided by early diagnosis.
The treatment of gluten enteropathy by simple withdrawal of wheat cereals is usually the only dietary measure necessary in cases diagnosed before severe diarrhoea, whereas, for those who have had severe alimentary disturbances, grading of the child's intake using glucose electrolyte solutions and the slow introduction of high calorie and protein but restricted fat, starch, and disaccharide feeds may be necessary. Mineral and vitamin supplements are also indicated. Arthur et al. (1966) pay special attention to lactose intolerance in severely affected cases. However, the parents may be encouraged to expect full recovery within a few months without sequelw. They can be taught to provide suitable alternatives to wheat cereals systematically at family meals, thus avoiding a 'diet' in the formal sense.
